Aicardi syndrome (AS) is a rare neurogenic disorder characterised by the triad of corpus callosum dysgenesis (ACC), chorioretinal 'lacunae', and infantile spasms. The diagnosis of ACC is feasible by sonography, yet chorioretinal lacunae are very difficult to diagnose. There are also some additional brain abnormalities including: malformation of the cortical development (MCD), interhemispheric cyst and heterotopia. Therefore the diagnosis of AS largely dependent on neurosonography (NSG). A 24-year-old woman, para 0, was referred to our hospital due to a suspicion of fetal brain anomaly at 22 weeks of gestation. Multiple cysts of the fetal brain were noted on axial plane. NSG revealed a complete ACC, interhemispheric arachnoid cysts, a choroid plexus cyst, asymmetry between 2 cerebral hemispheres and suspected MCD. The diagnosis of AS was made according to our NSG findings. The findings of the fetal MRI do not contribute to the final diagnosis because our radiologist overlooked the MCD. The couple chose to terminate the pregnancy. A female abortus was born. Necropsy was declined. The karyotype was normal female and the arrays CGH was normal.
Objectives: The aim of this study was to assess the correlation between fetal lateral ventricles width and other biometric measurements. Methods: We performed a prospective study on 336 fetuses, 171 fetuses with isolated mild ventriculomegaly and a control group of 165 fetuses with a normal US examination. All fetuses underwent a detailed brain ultrasound scan and a full biometric evaluation. To further compare biometric parameters that are dependent on the gestational week, we matched, according to gestational week, 85 fetuses with isolated mild ventriculomegaly from the study group to 85 fetuses with a normal sonogram from the control group. Results: A significant difference in the fetal gender was found: 67% in the study group compared to 55% in the control group were males (p=0.017). There was no difference between the groups in the fetal presentation or placental location during the exam. After matching according to gestational age (criteria for matching was up to 0.5-week difference between the matched pair), the mean gestational week between the matched groups didn't differ and was 29+6 weeks in both groups. The maximal ventricular width was 11.0 mmin the study group and 6 mm in the control group. The study group hada significantly larger head circumflex (p<0. Results: Amniotic cell microarray was normal in all cases. In 2 cases with good prognosis, the ventricular wall was extremely smooth, and MVM was normalised promptly in the time course. One out of three cases with ventricular wall irregularity selected abortion and autopsy revealed multifocal nodular heterotopia which is considered to lead a very poor prognosis. Two cases continued pregnancy, but in one case, a migration disorder which is obvious in subsequent diagnostic imaging has been found out. We investigate exosome analysis in migration abnormal cases. Conclusions: It is extremely difficult to predict postnatal prognosis in cases of mild/moderate VM. It is suggested that it might be possible to predict unfavourable prognosis accompanying with migration disorder by close observation of ventricular wall morphology. Maternal-Fetal Medicine, Hospital Clinic, Barcelona, Spain; 4 Hospital Sant Joan de Déu, Barcelona, Spain neurodevelopmental outcome until 6 months of age of fetuses with INSVM. Methods: We prospectively included 37 cases and 32 controls. INSVM was defined as prenatally diagnosed uni-or bilateral ventricular width between 10 and 14.9mm without abnormal microarray, infection and/or malformations. Neurodevelopmental follow-up was performed at first month of live using the Brazelton Neonatal Behavioural Assessment Scale (NBAS) that evaluates the newborns capacity to respond to its environment and at 6 months using the Ages and Stages Questionnaire (ASQ), an instrument to detect developmental delay in 5 areas (communication, gross and fine motor, problem solving, and personal-social). Results: Mean ventricular width in the INSVM group was 10.7±1.1mm and in the control group 4.6±1.4mm. NBAS was performed at 4.7±2.6 weeks and ASQ at 6.1±0.5 months. At neonatal period INSVM babies showed poorer results in motor cluster (z-score: 0.64 ± 0.51 vs. -1.04 ± 0.68, p:0.01). At 6 months, INSVM group showed worse results in all areas reaching significance in problem solving (54.8±6.9 vs. 50.0±9.8, p:0.02). Proportion of children with at least one altered area of ASQ was significantly higher in INSVM group (0% vs. 24.1%, p:0.01). Conclusions: Fetuses with INSVM show poorer neurodevelopmental outcome in first six months of live. These results support the necessity to implement specific postnatal follow-up in this population. Further evaluation of long-term neurodevelopment in this group of babies is needed to detect neurobehavioural problems arising in later stages of life.
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A 30-year old lady G2P0A1 is followed during a spontaneous pregnancy. First-trimester ultrasound was normal with a NT=1.92mm. No biochemical screening was done by the couple. During morphology scan at 21 weeks, measurement of the lateral ventricle was 8.7mm without any associated cerebral anomaly. The patient was advised a control at one month. She was immune for rubella and for toxoplasma and CMV serology done at this stage showed the absence of a recent infection. Lateral ventricle measurement increased progressively to 10.3 mm then 11mm, then12 mm at 3weeks interval without any evidence of associated morphological abnormality. Choroid plexus seemed normal in size and aspect and so did the corpus callosum. At 34 weeks surprisingly, the lateral ventricle showed a decrease of its size reaching 8.3 mm at its maximum measurement. She later delivered at 35 weeks after preterm labour of a normal male baby with a good Apgar. Clinical examination was again normal and CNS imaging was normal. This report highlights the unpredictable evolution of ventriculomegaly that can rarely show such a favourable pattern. A possible transient obstruction of the CNS ventricular fluid circulation could explain such an occurrence.
Supporting information can be found in the online version of this abstract The nature of the gene defect in hydrocephalus has already been established, in X-linked hydrocephalus, MASA syndrome, etc.
We reported a novel mutation of the ASCL1 gene in 2 affected fetus of ventriculomegaly, around the 16 week. In both cases male and female fetus, the third ventricle was dilated, and displaced the thalami on both sides and they displayed features of ventricomegaly of obstructive origin. The parents were informed and decided not continue the pregnancy.
The mother was mosaic for the mutation cis 3'UTR exon 1 Ascl1. A search of the possible consequences of this mutation was performed and we did not find any case published. The mutation was considered as uncertain consequences, the combination of abnormalities may imply the involved of developmental genes such as ASCL1, which is involved in the differentiation of both forebrain and midbrain.
This case is interesting because in two gestation the mutation of the ASCL1 gene, may contribute to the congenital hydrocephalus as different mutations in this gene may contribute to the congenital hypoventilation syndrome.
Supporting information can be found in the online version of this abstract EP02.07 Differential diagnosis of hydrocephalus caused by intracranial hemorrhage and congenital brain tumours: a study of three cases
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Intracranial hemorrhage and congenital brain tumours (CBT) are major causes of congenital hydrocephalus and sometimes show similar ultrasonographic findings. Herein we present cases of CBT and intracranial hemorrhage with progressive hydrocephalus.
Case 1: A 33-year-old patient was referred to our hospital due to fetal hydrocephalus at 28th weeks. Fetal MRI showed areas of high signal intensity suggesting hemorrhage. A second MRI was performed due to progressive hydrocephalus, which disclosed an intracranial mass. At 34+6 weeks the fetus was delivered by Caesarean section. Astrocytoma was diagnosed based on a tissue biopsy.
Case 2: A 33-year-old patient was referred to our hospital at 36 weeks. Fetal ultrasonography (US) demonstrated bilateral ventriculomegaly and an intracerebral mass with heterogeneous intensity. At 36+3 weeks the fetus was delivered by Caesarean section. Intracranial hemorrhage was diagnosed by MRI and a V-P shunt was placed.
Case 3: A 34-year-old patient taking warfarin and LDA for her prosthetic aortic valve was referred to our hospital at 31st weeks. Fetal US demonstrated an incrassate epidural space, bilateral ventriculomegaly, and a midline shift. Due to progressive hydrocephalus, the fetus was delivered by Caesarean section at 35+2
